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Schwannomas are extremely rare tumors that are composed of Schwann cells. 
Retroperitoneal localization comprises 0.7% to 2.6% of all schwannomas. Patients 
usually present with nonspecific symptoms. There are no pathognomonic features on 
radiologic evaluation. Preoperative biopsy is not recommended because of complication 
risks; however, surgery is necessary for diagnosis and treatment. Although most 
schwannomas are benign tumors, those that are associated with von Recklinghausen 
disease are malignant. Schwannomas exhibit regions of high and low cellularity, termed 
Antoni A and Antoni B areas, with a diffuse positivity of S100 protein on pathologic 
evaluation. If there are degenerative changes, such as cyst formation, hemorrhage, 
calcification, and hyalinization, these tumors are termed ancient schwannomas. We 
present a case of retroperitoneal ancient schwannoma.
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A schwannoma is a tumor of the Schwann cell or 
nerve cell sheath.1 This tumor may occur any-
where there is a nerve with Schwann cells—

predominantly in the head and neck region, or flexor 
surfaces of the extremities. Most schwannomas are 
benign tumors2; however, malignant schwanno-
mas may be associated with von Recklinghausen 

disease.3 Retroperitoneal schwannomas are usually 
larger than those in other sites, and have a greater 
tendency to undergo spontaneous degeneration and 
hemorrhage when compared with head, neck, and 
extremity locations.4 We present a case of a retro-
peritoneal schwannoma that was reported to be an 
ancient schwannoma on pathologic evaluation.
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Case Report 
A 45-year-old man presented 
with right back pain that was 
present for 1 month. Laboratory 
test results were within normal 
ranges. Ultrasonography revealed a  
141 3 130 3 80-mm cystic mass 
that localized near the adrenal 
glands and the liver. Computerized 
tomography (CT) showed a 12 3 10 
3 10-cm cystic mass that localized 
near the kidney and liver (Figure 1). 
Contrast-enhanced T1- and 
T2-weighted magnetic resonance 
imaging (MRI) on the capsule 
revealed an 82 3 116-mm cystic 
mass with retroperitoneal localiza-
tion (Figure 2). After this evaluation 
the patient underwent laparotomy. 
The mass was excised via an open 
transperitoneal technique. The 
mass was localized between the left 
adrenal gland and the liver; no com-
plications occurred in pre- or post-
operative periods. Macroscopically, 
an 8 3 8 3 6-cm capsulated cystic 
mass was pathologically evaluated. 
Histologic examination revealed 
Antoni A and B areas with positive 
staining for S100 protein (Figure 3). 
Because of the cyst formation, an 
ancient schwannoma was reported. 
No recurrence and metastasis were 
detected on postoperative CT after 
6 months. The patient did not have 
any complaints during follow-up at 
9 months. 

Discussion
Retroperitoneal schwannomas are 
rare tumors that comprise approxi-
mately 1% to 5% of all retroperi-
toneal masses.4 Retroperitoneal 
localization accounts for 0.75% 
to 2.6% of all schwannomas5,6; 

most are found in the limbs, 
head, and neck.7 Retroperitoneal 
schwannomas are usually solid, 

encapsulated tumors and originate 
from the paravertebral region.4 
Macroscopically, schwannomas are 

solitary, well-circumscribed, firm, 
and smooth-surfaced tumors.7 
Retroperitoneal schwannomas are 
larger and have a greater tendency 
to undergo spontaneous degen-
eration and hemorrhage compared 

Retroperitoneal localization accounts for 0.75% to 2.6% of all 
schwannomas; most are found in the limbs, head, and neck.

Figure 1. Image of retroperitoneal mass on computerized tomography.

Figure 2. Magnetic resonance imaging of the retroperitoneal mass.
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of pathognomonic features.4 
Ultrasonography is both a use-
ful and inexpensive modality for 
detecting this tumor. CT scans can 
reveal well-defined low or mixed 
attenuation with cystic necrotic 
central areas. Cystic changes are 
seen more commonly in retroperi-
toneal schwannomas than in other 
retroperitoneal tumors.7 MRI can 
be used to image large retroperi-
toneal tumors because of better 
visualization of the tumor’s origin, 
vascular architecture, and involve-
ment of other organs.4 

CT-guided biopsy and fine-needle 
aspiration are reliable for diagnosis 
of retroperitoneal schwannomas.7 
CT-guided biopsy may be helpful 
if the sample contains sufficient 
Schwann cells for microscopic visu-
alization. Many investigators do not 
recommend preoperative biopsy 
as a diagnostic tool, because of the 

risks of hemorrhage, infection, and 
tumor seeding.8

The differential diagnosis of ret-
roperitoneal schwannomas includes 

were rare.4 Symptoms include 
vague abdominal pain, flank pain, 

hematuria, headache, secondary 
hypertension, and recurrent renal 
colic pain.7 Preoperative diagnosis 
is difficult, because of the absence 

with those that arise in the head, 
neck, and extremities.4

Patients are typically diagnosed 
between ages 40 and 60 years, 
with a ratio of 2:3 between men 
and women.7 Diagnosis of retro-
peritoneal schwannomas is very 
diffıcult. A study from Singapore 
reported that symptoms were non-
specific, and neurologic symptoms 

Main Points 

• Retroperitoneal schwannomas are rare tumors, and account for approximately 1% to 5% of all retroperitoneal 
masses. Most are located in the limbs, head, and neck. Retroperitoneal schwannomas are usually solid, 
encapsulated tumors and originate from the paravertebral region, and have a greater tendency to undergo 
spontaneous degeneration and hemorrhage compared with those that arise in the head, neck, and extremities.

• If degenerative changes are present, such as cyst formation, hemorrhage, calcification, and hyalinization, these 
tumors are termed ancient schwannomas.

•  Retroperitoneal schwannomas are diffIcult to diagnose preoperatively. CT-guided biopsy and fine-needle 
aspiration are reliable for diagnosis. Magnetic resonance imaging can be used to image large retroperitoneal 
tumors, because of better visualization of the tumor’s origin, vascular architecture, and involvement of  
other organs.

•  Although some investigators advocate complete excision, including the sacrifice of adjacent tissue, others 
believe that simple enucleation or partial excision is sufficient. We believe the best treatment of retroperitoneal 
schwannoma is complete excision because malignancy cannot be excluded preoperatively.

Figure 3. Positive staining of the schwannoma with S100 protein (original magnification, 1003).

Symptoms include vague abdominal pain, flank pain, hematuria, 
headache, secondary hypertension, and recurrent renal colic pain.
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malignant transformations have 
been reported, the prognosis of 
 retroperitoneal schwannomas is 
extremely good. Careful monitor-
ing is suggested after surgery. 
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and effective treatment modality 
for schwannomas, because it offers 
better visualization in narrow ana-
tomic spaces.6

Histologically, schwannomas are 
composed of Schwann cells with 
regions of high and low cellular-
ity termed Antoni A and Antoni B 
areas, with a diffuse positivity 
of S100 protein.4 The presence of 
degenerative changes, such as cyst 
formation, hemorrhage, calcifica-
tion, and hyalinization, classifies 
these tumors as ancient schwanno-
mas. Microscopically, Antoni A 
and B areas, and S100 positivity 
with cyst formation were seen in 
our case.

Retroperitoneal schwannomas 
are very rare and diffıcult to diag-
nose preoperatively. The best treat-
ment of schwannomas is com- 
plete surgical excision. Although 

neurofibroma, paraganglioma, 
pheochromocytoma, liposarcoma, 
malignant fibrous histiocytoma, 
lymphangioma, and hematoma.4 
The best treatment of retroperi-
toneal schwannoma is complete 
excision in healthy patients. 
Considerable controversy exists 
over negative soft tissue margins, 
especially when adjacent tissue or 
viscera need to be sacrificed.8 Some 
investigators advocate complete 
excision, if necessary, including the 
sacrifice of adjacent tissue.8,9 Others 
believe that simple enucleation or 
partial excision is sufficient.10 Local 
recurrence rates range from 16% to 
54% after conservative intralesional 

enucleation. Complete surgical 
resection is recommended because 
malignancy cannot be excluded 
preoperatively with frozen section 
analysis.7 Laparoscopy is a safe 

Complete surgical resection is recommended, because malignancy 
cannot be excluded preoperatively…

Vol. 17 No. 3 • 2015 • Reviews in Urology • 193

Retroperitoneal Ancient Schwannoma

4004170006_RIU0638.indd   193 19/10/15   11:50 am




